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Abstract

BACKGROUND: A 36 years old female presented with bilateral progressive painless loss of vision in left eye
followed by right eye for duration of one year. On evaluation, we found a very rare presentation of Extramedullary
Plasmacytoma in right sphenoid sinus.

INVESTIGATIONS: MRI BRAIN revealed T1 isointense T2 hypointense lesion on contrast administration
noted involving right chamber of sphenoid sinus and erodes root and lateral wall, greater and lesser wing of
sphenoid and encases the cavernous segment of bilateral ICA and left infratemporal fossa and extend upto left
ramus of mandible. Anteriorly involves optic chiasma and bilateral optic nerves and intraocular muscles.
Impression was ?Lymphoma or ?Neurosarcoidosis. Transnasal endoscopic BIOPSY OF SPHENOID showed
dense fibro collagenous lesion with infiltration by lymphocytes and histiocytes. Some foci have scattered
plasmacytoid cells.? Plasmacytoma? Histiocytosis and advised for IHC CD138, Kappa, lambda. IHC for CD138,
Kappa, lambda was positive.

CONCLUSION: Extramedullary Plasmacytoma (EMP) mostly occur in the respiratory tract, especially the
submucosa of the nasal cavity, paranasal sinuses, nasopharynx, oropharynx, and larynx. Common median age
group of EMP is 55 to 60 years and Males are more common than females (M:F ratio 3:1). In this case, rare
presentation is age (< 40years) and sex (female)and site (right sphenoid sinus) without brain parenchyma
involvement. It means that EMP more often spread through lymphatics.

Keywords: EMP- Extramedullary Plasmacytoma, Sphenoid sinus, Rarity of Age sex, Lymphatic spread.
INTRODUCTION

Extramedullary Plasmacytoma is a plasma cell tumor

progressively worsened followed by right eye

which involve the submucosal lymphoid tissue of the
nasopharynx or paranasal sinuses. MP accounts for
less than 4% of all plasma cell tumors. Here we discuss
about one rare presentation of Extramedullary
Plasmacytoma with age and sex.

CASE HISTORY AND PRESENTATION

A 36-year-old female brought presented with
progressive painless loss of vision in both eyes for
duration of one year. History of presenting illness, she
developed diminished vision in Left eye which

involvement leading to complete loss of vision in both
eyes. No headache, No vomiting, No head injury, No
weakness of limbs. Past history Ten years back, she
had h/o left temporal headache for one year, then she
developed jaw pain, difficult in opening the mouth.
She was diagnosed as? Osteomyelitis of left mandible
and left hemi mandibulectomy was done.
Histopathology of Mandible specimen showed
Massive osteolysis of body of mandible. Five years
back, she had two episodes of new onset GTCS
seizures and was started on antiepileptics. On
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examination she was conscious oriented no pallor,no
lymphadenopathy, not icteric and vitals were stale.
CNS examination, Motor and sensory system were
normal. No bowel and bladder disturbance. No
cerebellar signs. No meningeal signs. Ocular
examination Bilateral pupils size and shape normal,
pupillary reflexes and extraocular movements were
normal. Fundus examination revealed bilateral optic
nerve atrophy with disc pallor. Then investigations
were done. CT BRAIN showed soft tissue density
lesion involving right sphenoid sinus extending into
bilateral orbits through superior orbital fissure and
erosions noted in bilateral greater and lesser wing of
sphenoid and sellatursica and impression was
possibility of Lymphoma. RI BRAIN revealed T1
isointense T 2 hypointense Lesion on contrast
administration noted involving right Chamber of
sphenoid sinus and erodes root and lateral wall, greater
and lesser wing of sphenoid and encases the cavernous
segment of bilateral ICA and erodes also left
infratemporal fossa and extend upto left ramus of
mandible. Anteriorly involves optic chiasma and
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bilateral optic nerves and intraocular muscles.
Impression was? Lymphoma or? Neurosarcoidosis.
Transnasal endoscopic BIOPSY OF SPHENOID
showed dense fibro collagenous lesion with
infiltration by lymphocytes and histiocytes. Some foci
have scattered plasmacytoid cells.? Plasmacytoma?
Histiocytosis and advised for IHC CD138, Kappa,
lambda.IHC for CD138, Kappa, lambda was positive.
Serum protein electrophoresis showed normal pattern.
Bone marrow biopsy did not demonstrate Bone
marrow involvement. Serum protein electrophoresis
showed normal pattern. CT CHEST was normal study.
Serum calcium 9mg/dl,serum ACE level was normal.
ANA and ENA profile were negative. CRP and
Rheumatoid factor negative, CSF analysis was
normal. Finally, she was diagnosed as Extramedullary
Plasmacytoma of sphenoid without bone plasma cell
proliferation and without systemic features of
myeloma like (bone pain /fracture, renal failure,
hypercalcinemia, anaemia, clotting abnormalities,
manifestations of hyper viscosity). Local radiation
therapy is plan of treatment.
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DISCUSSION
DEFINITION:

Plasma cell neoplasm can be classified into Multiple
myeloma and solitary plasmacytoma, Extramedullary
plasmacytoma.EMP is plasma cell tumor which
involve the submucosal lymphoid tissue of the
nasopharynx or paranasal sinuses without bone
marrow plasma cell proliferation and systemic
features of myeloma. It rarely recur and evolve into
multiple myeloma while comparing to solitary
plasmacytoma.

INCIDENCE:

EMP accounts for less than 4% of all plasma cell
tumors. The estimated global incidence of the disease
is 1 case per 500,000 people. Median age at diagnosis
of EMP is 55 to 60 years with a male/female ratio of
3:1. Only a few cases of EMP (15 to 20%) progress to
multiple myeloma.

CLINICAL FEATURES:

EMP mainly occur in upper respiratory tract,
especially the submucosa of the nasal cavity, paranasal
sinuses, nasopharynx, oropharynx, and larynx.90% of
the extramedullary plasmacytoma cases are found in
the head and neck. Presence of cervical lymph nodes
involvement at diagnosis ranges from 5 to 20% of
cases. Symptoms and signs of EMP manifest
depending upon tumor site. Like, In sinonasal EMP
Unilateral nasal obstruction is the most common
presenting symptom.

STAGING
Batsakis defined five possible stages:

I. Localized disease; solitary, controlled by surgery,
radiotherapy, or both; without recurrence or
dissemination.

Il. Disease with local recurrence controlled by
additional therapy.

I11. Aggressive disease, persistent or recurrent; death
by uncontrollable local extension.

IV. Local disease with regional lymph node
“metastasis” without evidence of distant spread.

V. Local disease followed by dissemination and
development of another neoplasm of plasma cells.

DIAGNOSTIC CRITERIA:
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1. Biopsy-proven solitary lesion of bone or soft tissue
with evidence of clonal plasma cells.

2. Normal bone marrow with no evidence of clonal
plasma cells.

3. Normal skeletal survey.

4. Absence of systemic features of myeloma as
hypercalcemia, renal insufficiency, anemia, or bone
lesions (CRAB).

TREATMENT:

Gold standard therapy for EMP is radiotherapy. MP is
highly radiosensitive with 80 to 100% of patients
successfully achieving local control and 50 to 65%
10year disease-free survival rate.

CONCLUSION:

EMP can also occur in age group of 30-40 years
against usual occurrence of above 50 years age. It may
also occur in females though it is more common in
males. In this case, EMP has spread from sphenoid
sinus into bilateral orbits and surrounding structures
except brain parenchyma. So, It seems that EMP more
likely spreads through lymphatics.

REFERENCES

1. Kuppersmith R B Extramedullary
plasmocytoma of the head and neck [Internet]
[Cited 1996]

2. Extramedullary nasal plasmacytoma:
Literature review and a rare case report Marco
Antonio dos Anjos Corvo,1 Lidio Granato,2
Felipe Ikeda,3 and José Donato de Prdspero4.

3. Batsakis J G. Plasma cell tumors of the head
and neck. Ann Otol Rhinol Laryngol. 1992;
92:311-3.

4. Wiltshaw E. The natural history of
extramedullary plasmocitoma and its relation
to solitary mieloma of bone and myelomatosis.
Medicine. 1976; 55:217-38.

5. Upall H S, Harrison P. Extramedular
Plasmocitoma of the larynx presenting with
upper airway obstructionin in a patient with
longstanding IgD myeloma. Laryngol Otol.
2001;115(9):745-6.

&
©
A



